We report four sibs, two pairs of twins, with cerebrocostomandibular syndrome (CCMS). 
years old and non-consanguineous. The parents were clinically and radiologically normal and there was no history of malformations in the family (fig 1) or of exposure to any known teratogenic agents during the pregnancies. Prenatal ultrasound indicated polyhydramnios in both pregnancies, but no malformations were detected. Both pairs of twins were delivered by caesarian section at 38 weeks' gestation. The first pair of twins (cases 1 and 2), two boys, had two placentas and the same ABO and rhesus blood groups, so that we cannot be certain about the zygosity. Both babies had low Apgar scores and required resuscitation. Endotracheal intubation was impossible and they both received oxygen by face mask and ambu bag. Soon after birth they developed severe respiratory distress which improved after the insertion of nasopharyngeal tubes. Both babies had features of the Pierre-Robin anomalad (severe microretrognathia, glossoptosis, and cleft palate). The chest radiograph of case 1 showed a funnel shaped thorax with 11 pairs of ribs (no 12th pair was identified) and discontinuity of the posterior arcs of both fifth ribs (fig 2) . The chest radiograph of case 2 was similar with discontinuity of the right fifth rib only (fig 3) .
Both babies had clinical signs of mild postasphyxial encephalopathy and feeding difficulties, for which they needed gavage feeding. Case 1 was doing well, breathing through the nasopharyngeal tube, until the 50th day of life, when he was found dead in The second pair of twins, a boy and a girl, were born two years later. Both babies had good Apgar scores, but soon the first one (case 3) developed severe respiratory distress. The respiratory difficulties were not improved by the placement of an oropharyngeal tube. He had a small, bell shaped thorax with abnormal, paradoxical respiratory movements. He also had features of the Pierre-Robin anomalad, redundant skin, and posterior cervical skin fold. Chest radiograph showed severe deformity of the rib cage with only 10 pairs of ribs (no first right, 11th left, or 12th pair of ribs were identified) and multiple Drossou-Agakidou, Andreou, Soubassi-Griva, Pandouraki discontinuities of the posterior rib arcs involving the right third, fifth, sixth, and eighth ribs and the left fourth, fifth, sixth, seventh, and ninth ribs (fig 4) . The baby died 9 days after birth of intractable respiratory distress. Necropsy showed no other system involvement. Microscopic examination of the ribs was not performed.
Case 4 (III-4) was a girl who had a good Apgar score and no respiratory distress. She had mild features of the Pierre-Robin anomalad (fig 5) and stridor, while her chest radiograph showed 11 pairs of ribs (the 12th pair was missing) and a small discontinuity of the fourth left rib (fig 6) . There was no evidence of congenital heart disease and renal ultrasound, brain CT scan, and karyotype were normal. At the age of 2 years her growth and development were within normal limits.
Discussion
As far as we know these are the first published cases of CCMS in twins. All of our patients had the Pierre-Robin anomalad and the characteristic rib dysplasia of CCMS, but there was great variability in the manifestations of the syndrome. Rib involvement was mild in three patients (cases 1, 2, and 4) and severe in case 3, who died because of severe respiratory distress attributed to severe chest deformity. The Pierre-Robin anomalad was mild in case 4 and severe in cases 1, 2, and 3, contributing to death in cases 1 and 2.
Other features in our cases that have been described before"" were polyhydramnios, feeding difficulties in three cases, redundant skin and posterior cervical skin fold in one case, and mild stridor in another one. Involvement of the brain is common in CCMS,2 but it has been suggested that it is probably caused by perinatal or neonatal hypoxia rather than by a congenital brain defect." Cerebral involvement in our cases was consistent with acquired cerebral damage, since it was evident only in the first pair of babies, who had suffered perinatal asphyxia. Case 3 had normal findings in the brain on necropsy and case 4 had normal brain scan and development at the age of two years. 
